Abstract
case report
A 52-year-old female was admitted with complaints of quadriparesis and slurring of speech for 2 days. She was a known hypertensive and was on treatment with beta-blockers. Her history was not suggestive of any medications or conditions which could have caused severe hypokalemia.
At presentation, she was normotensive with a heart rate of 60/min and electrocardiography changes suggestive of hypokalemia with U-waves [ Figure 1 ]. Laboratory results showed severe hypokalemia (1.5 meq/L) and arterial blood gases revealed picture of metabolic acidosis with pH 7.22 and serum bicarbonate 15.2 mmol/L. Laboratory data showed serum chloride 111.3 meq/L, magnesium 2.65 meq/L, albumin 3.80, globulin 3.90, and an anion gap of 14. Further workup revealed urine pH 5.7, a normal 24 h urinary potassium concentration of 40.36 mmol/day, raised 24 h urinary calcium of 487 mg/day, and normal serum cortisol.
Hypokalemia was corrected by potassium supplementation with monitoring of serum potassium 12 hourly. Thyroid profile showed hypothyroidism with elevated thyroid-stimulating hormone and thyroid antibodies level of 28.9 meq/L, suggesting an autoimmune thyroid disorder.
An autoimmune antibody profile was sent to investigate the cause of distal renal tubular acidosis (DRTA) and it showed positive antinuclear antibody (ANA) of 1:80 and strong positive for SS-A, Ro-52 and mild positive for Ds-DNA. Further investigation into patient's history and clinical examination revealed complaints of dry eyes and mouth in the past and parotid swellings bilaterally. Biopsy of parotid could not be done due to refusal of consent by the patient. Based on the ANA profile, clinical history, parotid involvement, metabolic acidosis with severe hypokalemia, and autoimmune thyroiditis, a diagnosis of Sjogren's syndrome causing DRTA with autoimmune thyroiditis was made. The patient responded well to the treatment with correction of potassium and supplementation of intravenous bicarbonate, showing marked improvement of weakness and speech.
dIscussIon
Sjogren's syndrome is known to manifest through symptoms such as dry eyes and mouth. Renal involvement in Sjogren's syndrome is seen ranging from 4.2% to 50%. [1] DRTA occurs due to an abnormality in renal acidification in the distal renal tubules, thereby leading to alkaline urine and hypokalemia. However, the occurrence of hypokalemic paralysis due to DRTA secondary to Sjogren's happens rarely.
Literature search has revealed only 18 cases between 1966 and 2004. [2] The cause of DRTA in Sjogren's syndrome is not clearly understood. High levels of anticarbonic anhydrase antibodies affecting the functioning of carbonic anhydrase in collecting ducts and acidification defect due to lack of intact H+ATPase pumps in intercalated cells have been found in such occurrences. [3, 4] Typically, patients present with hyperchloremia, metabolic acidosis, alkaline urine, renal hypercalciuria, and severe hypokalemia as it was seen in our case.
Secondary causes of DRTA include chronic active hepatitis, systemic lupus erythematosus, hypergammaglobulinemia, and Sjogren's syndrome. The autoimmune workup in our case revealed strong positive SSA and Ro-52 and mild positive Ds-DNA with clinical signs of parotid enlargement, xerostomia, and dry eyes which were helpful in diagnosing Sjogren's syndrome.
Sjogren's syndrome has been shown to occur more in the 40-45 years age group with a female predominance of 10:1. [5] The frequency of occurrence of Hashimoto's thyroiditis is higher in Sjogren's syndrome patients and is seen in 6.26% as opposed to 1%-2% in normal population. In addition, 35% of thyroid disorder patients manifest sicca features making it difficult to determine whether a patient has primary Sjogren's syndrome or autoimmune thyroiditis. [6] conclusIon Patients presenting with severe hypokalemia causing muscular weakness should be worked up for a DRTA. This can be diagnosed with classic findings of metabolic acidosis, alkaline urine, normal anion gap, and positive urinary anion gap with hypokalemia.
While assessing for causes of DRTA occurrence in females of middle age, causative factors such as autoimmune disorders should also be investigated.
